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Family history: Father has disseminated lupus erythematosus. Father's sister has rheumatoid arthritis. Clinicalfindings: Gross weakness, most marked in the muscles of the shoulder girdle and around the hip-joints. Eyelids slightly swollen and violaceous. Pink spattering of rash on finger knuckles, elbows and knees. Acne vulgaris. Investigations: ESR 27 mm in 1 hour (Wintrobe). SGOT 63, 30, 31 units (on 7.8.64, 28.8.64 and 3.12.64 respectively). SGPT 31, 2, 10 units (on 7.8.64, 28.8.64 and 3.12.64 respectively) . Urine: trace of protein. EMG: evidence of myositis.
Muscle biopsy showed several small groups of atrophic fibres among normal areas. In these areas there was some excess of fibrous tissue. There was no cellular infiltrate and no vascular change. Biopsy not specific (carried out after two months of steroid therapy and possibly modified by this).
ECG: incomplete right bundle branch block. Antinuclear factor positive. Haemoglobin, WBC, LE cells, serum proteins, electrophoreticpattern, blood urea, serum calcium, stools for occult blood, throat swab, chest X-ray: normal findings.
Dr E J Holborow: Antinuclear factor was found in this patient's serum and in the sera of 3 other members of the patient's family, 2 of them apparently healthy and one (the patient's father) with recent onset of a condition in which the diagnosis lay between systemic lupus erythematosus (SLE) and rheumatoid arthritis. Antinuclear factor is an auto-antibody reactive, like the LE cell serum factor, with antigens in cell nuclei and is demonstrable by immunofluorescence. It is present in every case of active SLE, in about 20 % of cases of classical or definite rheumatoid arthritis, in some cases of discoid lupus, scleroderma, dermatomyositis, polyarteritis and liver disease, and occasionally in drug and other hypersensitivities.
Dr H T Calvert: Were antibodies found to muscle tissue ? Dr E J Holborow: No. Dr A Jarrett: I would like to know the incidence of positive findings of an antinuclear factor in a group of normal patients as I understand that sometimes there is a high percentage of positive results in normal controls.
Dr E J Holborow: It has been claimed that antinuclear factor is found in the sera of a high proportion of the relatives of SLE patients, and that this is evidence of a genetic predisposition to immunological abnormality in these families. My own investigation of 125 first-degree relatives of 45 SLE probands has shown only a slightly increased frequency of positive antinuclear-factor tests (4 Y.) as compared with matched controls (08 %). I believe that occasional families are encountered, such as that of the patient under discussion, in which a genetic factor is apparently strong; but in my experience this is not usually the case in the families of patients with SLE. People using other methods get higher figures for controls. Dr M Feiwel: In a patient with carcinoma of the lung dermatomyositis improved and the antinuclear factor titre decreased tenfold after lobectomy and subsequent radiotherapy. Is this unusual?
Dr E J Holborow: I do not know.
Dr Louis Forman: One middle-aged woman with muscle weakness associated with the peri-orbital cedema and cyanosis of dermatomyositis was found dead in bed, the cause of death being thought to be heart failure.
Dr S Alexander has found fluorescence using conjugated antihuman globulin, between the muscle bundles of the abdominal wall, in a patient with dermatomyositis and a carcinoma of the bladder, presumably indicating the localization of antibody.
Thyroid Acropachy, Circumscribed Myxedema and Exophthalmos Denis Sharvill MRCP Mr A M, aged 44 History: From early 1963 he noticed typical symptoms of thyrotoxicosis, including exophthalmos. Thyroidectomy in November 1963 relieved all his symptoms very rapidly, except for the exophthalmos which has got worse. Thickening of the skin of the legs was noticed in the surgical clinic in March 1964, but its nature was not appreciated. There was no history of previous skin trouble, but he had had transient cedema of the ankles before operation. The thickening of the skin increased, and was accompanied by swelling of his fingers and toes which made his shoes feel tight. On examination: General condition satisfactory; he appeared euthyroid. The skin generally was of normal texture. Marked clubbing of fingers and toes, which differed from Hippocratic clubbing. There were erythematous thickened bands proximal to the nail-folds. Marked thickening of skin of legs in the lower two-thirds anterolaterally, with extension to sides and backs of lower parts.
The surface of the thickened skin was coarsely scaly, and of normal skin colour. The swelling extended deeply into the dermis and was firm. Exophthalmos was very marked, but the eyes were white and the lids could just cover the cornea. No ophthalmoplegia. Vision 6/5 in each eye.
Treatment: L-thyroxine 01 mg. daily caused the loss of 4 kg during the first month and some thinning of the ankles. The application of betamethasone valerate ointment removed the scaling but did not influence the thickening. Injection of triamcinolone acetonide suspension on three occasions had no effect. Investigations: Biopsy of skin of leg showed the typical appearance of circumscribed myxcedema, with large amounts of mucoid material staining well with Alcian blue, which extended throughout the dermis, widely separating the collagen bundles. The epidermis showed marked hyperkeratosis with follicular plugging.
Radio-iodine studies before operation showed hyperthyroidism, after operation borderline hypothyroidism.
X-rays show cortical thickening of both first metacarpals and metatarsals. The new bone is laminated and particularly on the right first metacarpal has a characteristic 'soap-bubble' appearance. The terminal phalanges, radii and ulnxe are unaffected; this fact and the nature of the new bone are features distinguishing the changes from pulmonary hypertrophic osteoarthropathy. The findings are typical of thyroid acropachy.
Serum cholesterol, serum calcium, haemoglobin estimations normal. Serum protein bound iodine 3.4 ,ug/100 ml.
Comment
This case is presented as a typical example of a rare syndrome. Malkinson (1963) found only 26 authentic cases in the literature, including the 6 of Gimlette (1960) from St Thomas's Hospital. No case seems to have been presented in this Section, but Peard (1961) , Summerly (1962) and Sweet (1962) History:-He presented five years ago with generalized guttate psoriasis two weeks after tonsillitis, coryza, and bilateral orchitis (?mumps). After three months the eruption became pustular and he was admitted with rigors, prostration, leucocytosis and ESR 30-50 mm in 1 h (Westergren).
Family history: Not relevant. Past history: No operations. 1951, contact dermatitis (oil) hands and legs. Course: He was admitted on four subsequent occasions, for two to four months, at intervals of two to fifteen months, with acute relapse of generalized pustular psoriasis; the fever and severe systemic disturbance reflected the condition of the skin.
Each exacerbation had similar features: (1) Infection: The severe attacks appear to be heralded by an infection, usually of the upper respiratory tract. It was associa.ted with orchitis (1960) and chronic prostatitis (1961); there has been no urethritis. No drugs have been implicated. (2) Fever and rigors: Temperature 100-103°F, lasting for one to four weeks. Very severe systemic disturbance; depressed, stuporous. (3) Arthralgia:
Occasional swelling of large joints. (4) Generalized eruption: A rapidly spreading erythema with
